History.-He stated that in August, 1931 , he first noticed difficulty in walking; his legs became stiff and tired; later he began to experience aching pains in the calves after less and less exertion, and the toes of the left foot began to scrape along the ground. In September he tripped and fell several times, and had great difficulty in assuming the erect posture. Nine weeks before admission there was a somewhat rapid increase in the symptoms ; the legs became progressively weaker and he had great difficulty in mounting stairs. He had noticed no weakness of the arms.
On examination.-A broad-chested man of good stature and the appearance of excellent muscular development. Cranial History.-She complained that she had never been able to run or jump as other children did. Her mother said that when the patient's first teeth began to appear at 8 months, attempts were made to raise her to a sitting posture, but she had always to be propped up from behind, and she had difficulty even in holding up her head. Intellectually she developed normally, but nocturnal enuresis persisted until she was 3 years old.
At the age of 2 years she was able to sit up by herself, and at the age of 4 was able to stand only with the support of a chair. Six months later she learned to walk if put on her feet and given support. When 5 years old she was still unable to assume the upright posture, but could walk without support, although she became rapidly fatigued. A year ago her arms and shoulders became thin and weak; she seemed able to grip objects quite well, but was unable to lift heavy objects. Marked frequency of micturition in cold weather and precipitancy were troublesome.
On examination.-Pupils large, neither being quite circular; reacted briskly to light, but reaction was poorly sustained with hippus; they contracted on attempted convergence. Eye movements: Upward movement-almost absent; right and left lateral deviation extremely poor, the eyes moving only through about 30°; downward movement full; convergence absent; right eye moved inwards, left outwards. Marked myopathic facies. Neck: Marked weakness of flexion; to a less extent, weakness of lateral flexion and rotation. Upper extremities; Definite atrophy of some of the musculature of the shoulder-girdle, including upper part of deltoid, was obvious; lower portions of deltoids, bulky and of rather rubbery consistency. Thenar muscles atrophic. Muscular weakness and poor tone of arm muscles present. Trunk: Slight lumbar scoliosis and weakness of trunk musculature. Difficulty in rising to sitting and upright posture with characteristic means of attaining these postures. Lower extremities: Weak; feet in position of talipes equino-varus; calves bulky; bilateral hypotonia. Tendon reflexes all absent, except anklejerks, which were much diminished; plantar responses flexor. Sensation normal.
Discussion.-Dr. J. P. MARTIN said he regarded this as an ordinary case of myopathy of the facio-scapulo-humeral type. This patient had limited eye movements, and he was not familiar with limitation of eye movements in myopathies or with involvement of ocular muscles. It was impossible to ascertain when the eye movements in this case had become defective. His (the speaker's) view was that this limitation was a congenital abnormality which happened to be associated with the myopathy.
The PRESIDENT said that of all the cases of myopathy which he had seen, not one had damage to the eye muscles. The curious slow movements of the eyes in this case must be compared with those in a case from which he had shown a skiagram last year at a meeting of this section. The pace of the movement corresponded to that in those rare cases of MIarie's hereditary ataxia, in which sometimes the eye muscles were affected. He agreed that in the present case the defect was probably a congenital one and independent of the myopathy.
Unusual Form of Familial Myopathy in a Mother and Two Children.
-C. WORSTER-DROUGHT, M.D.
(1) The mother, Mrs. N., is aged 39, and complains of weakness of both arms and legs.
listory. -Six years ago began to feel weakness in both legs. Three years ago weakness and wasting began in muscles of right thumb and gradually spread to remaining muscles of right hand and to muscles of left hand, with consequent loss of power.
Family history. Father killed in an accident at age of 66; no previous illnesses of importance. AMother alive and well, aged 70. One younger brother aged 35; one sister two years older; both are well and each has two children, neither of 'Whom shows any similar complaint.
The patient, Mrs. N., has had six children. The eldest and the fourth died in infancy from enteritis. The second, a boy aged 14, is alive and well. The third, a boy aged 12, is affected (Case 2). The fifth, a girl aged 8, is alive and well; and the sixth, a boy aged 4, is slightly affected (Case 3).
Present condition.-Myopathic facies with tendency to double ptosis. Pupils, optic fundi, and all other cranial nerves normal. Sensation: normal. Upper limbs: paresis and wasting of thenar, hypothenar and interosseous muscles of both hands. Some generalized wasting of other muscles of arm but no actual paresis. Deep reflexes absent. Lower limbs: general wasting of muscles below knees but no actual paresis. Knee-and ankle-jerks absent ; plantar reflexes flexor. No myotonia. Cerebrospinal fluid : no abnormality; Wassermann reaction negative. Blood: Wassermann reaction negative.
(2) AMichael N., aged 11.
Present complaints.-Inability to use hands properly and slight difficulty in walking, owing to curling of toes.
History.-Quite well until two years ago. It was then noticed that he could lnot use his hands properly, and they have become progressively worse.
Present condition.-Pupils equal, sluggish to light, brisk to accommodation. Restricted facial movements, with some blepharospasm and tendency to double ptosis. Upper limbs: both arms thin; poor tone in upper arms. Movements at shoulder-girdle normal but some fibrillation observed in deltoids. Brachio-radialis and flexor carpi radialis longior intact on both sides, but paresis of all other extensors of the wrist and also of long extensors of fingers and thumbs of both arms. The patient, therefore, shows fair extension at wrist, especially towards ulnar side; but no extension at metacarpo-phalangeal joints. Extension at interphalangeal joints good. Intrinsic muscles of hands fairly good. Tendency to contracture of flexors of wrist and fingers with definite myotonia. Grips feeble; biceps and triceps jerks present, other arm-jerks absent. Lower limbs : Thighs well developed ; relative wasting below knees, with general hypotonia, but all movements present. Tendency to myotonia of flexors of toes, owing to paresis of extensors. Knee-and ankle-jerks
